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Sarcoidosis is a multisystem granulomatous inﬂammatory disease, and uveitis is the most common
ocular manifestation. Herein we report a female sibling pair both having sarcoidosis with uveitis. A
59-year-old woman presented with chronic panuveitis in both eyes lasting for one year. Enlarged
mediastinal lymph nodes were demonstrated on computed tomography, and mediastinoscopic biopsy
revealed chronic non-caseating granulomatous inﬂammation. Sarcoidosis was diagnosed. Eight months
later, her younger sister developed bilateral anterior and intermediate uveitis. She was also diagnosed
with sarcoidosis conﬁrmed by intrathoracic lymph node biopsy. This is the ﬁrst report of familial
sarcoidosis presented with uveitis in Taiwan.
Copyright  2012, The Ophthalmologic Society of Taiwan. Published by Elsevier Taiwan LLC. All rights
reserved.1. Introduction
Sarcoidosis is a systemic granulomatous inﬂammatory disease
of unknown etiology, and the clinical characteristics are diverse.1
While it involves mainly the chest, the skin, eyes and extrap-
ulmonary lymph nodes are also commonly affected. The diagnosis
of sarcoidosis is made on the basis of clinical and/or radiological
features, the histological evidence of non-caseating epithelioid
granuloma, and the exclusion of other granuloma-forming
processes, such as tuberculosis, fungal infection, and various
foreign bodies.
Sarcoidosis was considered rare in Taiwan, but the prevalence
has been increasing in recent years.2e8 Although there are some
case series reported by chest physicians, rheumatologists, derma-
tologists, and ophthalmologists,2e8 there has been only one report
of familial sarcoidosis.9 A mother and son both having pulmonary
sarcoidosis presented with chronic cough, and there was no ocular
involvement. Herewe present the ﬁrst report of familial sarcoidosis
with uveitis in two sisters in Taiwan.logy, Taipei Veterans General
i, Taiwan.
hung).
e Ophthalmologic Society of Taiw2. Case reports
2.1. Case 1
The 59-year-old woman presented with blurry vision in both
eyes lasting for one year. She had a history of diabetes mellitus and
hypertension under medical control. Her best-corrected visual
acuity (BCVA) was 20/60 in the right eye and 20/30 in the left
eye. Ophthalmic examination showed moderate iritis, dense vitri-
tis, and multiple laser scars scattered over the posterior pole and
mid-periphery of the retina in both eyes. Fluorescein angiography
disclosed marked vascular leakage and multiple chorioretinal scars
in both eyes (Fig. 1). She denied having cough, dyspnea, chest
tightness or other pulmonary symptoms. Physical examination
disclosed no abnormality.
The chest ﬁlm showed no remarkable ﬁnding, but the
computed tomography revealed multiple enlarged lymph nodes
in bilateral paratracheal, para-aortic area, and aorto-pulmonary
window. She underwent lymph node biopsy via mediastino-
scopy, and the histopathological examination disclosed lymphoid
tissue with non-necrotizing granuloma (Fig. 2). No microorganism
was demonstrated by Gomori methenamine silver (GMS) stain
and acid-fast stain. Under the diagnosis of sarcoidosis, oral
methylprednisolone 8 mg two times daily was administered. The
inﬂammation persisted for four months despite increasing the
dose of corticosteroids, and cyclosporine 25 mg every twelvean. Published by Elsevier Taiwan LLC. All rights reserved.
Fig. 1. Fluorescein angiography of Case 1 demonstrated dense vitritis, marked vascular leakage and scattered laser scars over posterior pole and mid-periphery in both eyes. (A)
Right eye; (B) left eye.
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disease activity. At her latest visit, there was still moderate iritis
and vitritis. Her visual acuity was 20/50 in the right eye and 20/40
in the left eye.2.2. Case 2
A 56-year-old woman, the younger sister of case 1, noticed
blurry vision in both eyes for several days and came to our clinic for
help. The presenting BCVA was 20/25 in both eyes. Ophthalmic
examination revealed ﬁne corneal keratic precipitates, moderate
iritis, and mild vitritis in both eyes. Fluorescein angiography was
nearly normal. Past history and systemic review found nothing
particular.
The chest ﬁlm showed prominent bilateral hilar shadows, and
the chest computed tomography revealed enlarged lymph nodes
at bilateral lower paratracheal and bilateral hilar regions (Fig. 3).
The biopsy via mediastinoscopy disclosed lymph nodes with non-
necrotizing granulomatous inﬂammation (Fig. 4). No fungal or
mycobacterial microorganism was seen by GMS or acid-fast stain.
Sarcoidosis was diagnosed. The uveitis persisted for one month,
and oral methylprednisolone 8 mg twice a day was prescribed.
With clinical improvement, the medication was tapered slowly
and discontinued two months later. At her latest visit, her BCVA
was 20/20 in both eyes. The uveitis ceased in both eyes.Fig. 2. Pathology of right para-tracheal lymph nodes of Case 1 revealed non-caseating
granulomatous inﬂammation (hematoxylin and eosin stain, 200).3. Discussion
Sarcoidosis is a granulomatous inﬂammatory disease involving
mainly the lung, extrapulmonary lymph nodes, skin, and eyes.1 In
Taiwan, there have been some case series reported by chest physi-
cians, rheumatologists, dermatologists, and ophthalmologists.2e8
There are more patients diagnosed with sarcoidosis presenting
initially with clinical ocular symptoms.7,8 Female predominance
and an older age distribution were found compared with those in
Western countries, with the peak incidence of uveitis onset in the
6th decade of life.7,8 As in our case, both patients developed bilateral
uveitis in their ﬁfties.
Uveitis is the most common presentation of ocular involvement,
predominantly in the posterior segment, and bilateral manifesta-
tion was seen in 63e90% of patients.7,8 Typical manifestations of
uveitis in sarcoidosis are mutton-fat keratic precipitates, iris
nodules, trabecular meshwork nodules, tent-shaped peripheral
anterior synechiae, vitreous opacities displaying snowballs/strings
of pearls, multiple chorioretinal peripheral lesions, nodular and/or
segmental periphlebitis and/or retinal macroaneurysm in an
inﬂamed eye, optic disc nodule or granuloma and/or solitary
choroidal nodule, and bilaterality.10
For patients with ocular sarcoidosis, systemic corticosteroids are
indicated in anterior uveitis, posterior uveitis, neovascularization,
orbital disease with visual symptoms, or optic nerve compromise.11
Initial daily dose ranges from 20e40 mg of prednisolone or itsFig. 3. Chest computed tomography of Case 2 showed enlarged lymph nodes at
bilateral lower paratracheal and bilateral hilar regions.
Fig. 4. Pathology of subcarinal lymph nodes of Case 2 disclosed chronic non-caseating
granulomatous inﬂammation (hematoxylin and eosin stain, 200).
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Additional immunomodulatory drugs, such as cyclosporine and
methotrexate, may be required in patients with refractory uveitis
or intolerant to side effects from prolonged corticosteroid
treatment.11,12
Although the etiology of sarcoidosis remains unknown, the
racial variation of epidemiology1 and familial clustering of the
disease well demonstrate the genetic susceptibility. In Ireland, one
study comprising 114 index patients reported that 9.6% probands
had affected siblings and 2.4% siblings were affected.13 In
a comparable study in Hokkaido and Finland,14 the prevalence of
familial sarcoidosis was 2.9e4.3% and 3.6e4.7%, respectively. The
ACCESS (A Case Control Etiologic Study of Sarcoidosis) enrolled
27,909 relatives of 706 matched cases and controls disclosed that
the siblings had the highest relative risk (OR ¼ 5.8, 95%
CI ¼ 2.1e15.9).15 No occupational or environmental exposure could
be identiﬁed as a trigger.15
Among these familial cases of sarcoidosis with detailed docu-
mentation of disease manifestations, 12.5% of the patients had
ocular involvement.13,14,16 In Taiwan, there is only one case of
familial sarcoidosis reported.9 This is a mothereson pair both
presenting with chronic cough, and enlargement of intrathoracic
lymph nodes was demonstrated by computed tomography. Neither
of them had ocular involvement.
We report the ﬁrst case of familial sarcoidosis with uveitis in
Taiwan. This is a female sibling pair. Both of them were in theirﬁfties and presented with blurred vision. Panuveitis with retinal
vasculitis of bilateral involvement was found in Case 1, and
bilateral anterior and intermediate uveitis developed in Case 2.
The histopathology of intrathoracic lymphadenopathy proved
the diagnosis of sarcoidosis. The two sisters denied any
pulmonary symptoms. There was no other family member
affected by the disease. The ophthalmologist may be the ﬁrst
clinician to see patients with sarcoidosis, and timely correct
diagnosis requires acquaintance with the variable manifesta-
tions of the disease.References
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